Abstract: Porokeratotic eccrine and hair follicle nevus is a very rare non-hereditary disorder of keratinization with eccrine and hair follicle involvement with only 9 cases described in the literature. In 2009 the term porokeratotic anexial ostial nevus was proposed to comprehend porokeratotic eccrine and hair follicle nevus and a related and more common process without follicular involvement: porokeratotic eccrine ostial and dermal duct nevus Recent findings suggest that both entities may be produced by a mutation in GJB2 gene, which is associated to KID syndrome. Herein we report 2 cases of porokeratotic eccrine and hair follicle nevus and review the existing cases in the Spanish and English literature.
INTRODUCTION
. and by the level of involvement. According to studies on multiple sections, both are probably variants of the same process. 3 PEHFN is slightly more common in women than in men.
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PEHFN is typically congenital or appears at young age but there are 2 cases of late-onset.
2,5
The nevus typically appears as multiple asymptomatic, pink, red, yellow, whitish or brown hyperkeratotic verrucous papules and plaques, involving bilaterally extremities in a Blaschko-linear distribution, although trunk, face, neck and scalp can be affected. A comedo-like form (filiform papules with whitish-colored keratin center) has also been noticed. 1, 4 In congenital lesions, the erythematous component tends to disappear as the patient grows.
There are 2 reported cases of systematized PEHFN and 2 cases with localized lesions (cheek and axillae). 3, 5, 6 Approximately just a third of reported cases are unilateral. PEODDN lesions by contrast tend to be unilateral. 4 PEHFN is most likely a mosaic condition due to postzygotic somatic mutations during embryogenesis. No consistent cutaneous or systemic associations exist, although concurrence with KID syndrome has been reported. 2 Recently PEODDN has been considered as a mosaic form of KID as it may present mutations in a gap junction protein, connexin 26 (Cx26), encoded by the gene GJB2. 8 This mutation alone has demonstrated to be sufficient to cause PEODDN. 9 The fact that the 2 reported cases in adult patients appeared with a nonlinear distribution suggests that these cases could be related to acquired non-embryonic sporadic mutations. Further reports are needed to clarify this hypothesis. 
